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and QPLPS, with R 2 = 0.85; p<0.0001. 
The correlation of both the intraobserver (R2=0.99; p<0.0001) and interobserver 
(R2=0.98;p<0.0001) measurements was excellent. 
Conclusions: AD is a valid method of assessing relative pulmonary blood flow and may 
be useful in assessment of pulmonary artery interventions in the catheterization lab. 
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2:00 p.m. 
867-1 Neo-Aortic Root Dilation and Regurgitation Are 
Progressive Following the Arterial Switch Operation 
Bradley S. Merino. Gil Wernovsky, Dieuwertje L. Kreb, Suzan F. Mantel, Wendy L. van 
der Woerd, Danielle Visser, Edk Meijboom, Doff E. McEIhinney, Rita T. Novello, Meryl S. 
Cohen, Children's Hospital of Philadelphia, Philadelphia, Pennsylvania. 
Background: Long term function and growth of the pulmonary (neD-aortic) valve circula- 
tion following a neonatal arterial switch operation (ASO) is unknown. Purpose: To evalu- 
ate the size of the neD-aortic root and progression of valvar insufficiency (neo-AI) during 
childhood and adolescence. Methods: All pts who underwent/'.SO, were followed at our 
institution for > 4 years, and had at least 2 late echocardiograms (echo) were included. 
Neo-AI was qualitatively assessed; off-line measurements were made of the maximum 
diameter of the neD-aortic root. Results: 82 pts met inclusion critada. Mean age at most 
recent echo was 9.4 ± 3.6 yrs; maximum follow-up was 16.4 yrs. In 60 children < 13 yrs, 
2 had moderate, 48 trivial/mild, and 9 had no neo-AI at most recent f/u. NeD-aortic valve 
replacement was performed in 1 teenager, in the remaining 21 adolescents, neo-AI was 
moderate in 1, trivial/mild in 17; and absent in 3. In sedal studies, neo-AI progressed at 
least 1 grade in 24/82 (29%), while improving in only 2. The dimensions of the neD-aortic 
root (187 measurements/82 pts) are shown in the Figure. The solid lines represent nor- 
mal (± 2SD values) for age. 
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Conclusions: At mid-term follow-up, significant neo-AI is present in 4.9%, and trivial/ 
mild in 80.5% of pts. Progressive (though mild) neo-AI is present in 29% of the group, as 
well as abnormal dilation of the neD-aortic root with increasing duration of follow-up. This 
study raises concerns of adequate long-term function of the neD-aortic valve following 
ASO into adult life. 
2:15 p.m. 
867-2 Pu lmonary  Atreeia With Ventriculer Septal Defect: A 25- 
Year S ingle  Institution Outcome Study 
Kerstiq M, Amark, Robert M. Freedom, Shi-Joon Yoo, Cathy MacDonald, William G. 
Williams, Brian W. McCrindle, Hospital for Sick Children, Toronto, Ontario, Canada. 
Background: The variability of sources of pulmonary blood flow (PBF) in pulmonary 
atresia with VSD (PAVSO) complicates management, and the impact on outcomes is not 
well known. 
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Methods: We reviewed medical records for 206 patients with PAVSD presenting form 
1975 to 2000. Patients with abnormal situs, atrioventricular or ventdculo-arteriai align- 
ments were excluded. Angiograms were reviewed in a blinded manner to characterize 
sources O f PBF of all lung segments.. 
Results: Median age at presentation was 2 days (range, birth to 10 months). Major 
aorto-pulmonary collaterals (MAPCA) were the dominant source of PBF in 84 patients 
(41%). 387 surgeries and 155 interventions were carried out in 180 patients. No surgery 
was performed in 32 patients (16%), 21 of whom have died. Initial procedure was a sys- 
tam/c-pulmonary adedal shunt in 101 patients (49%) and R V outflow (RVOT) reconstruc- 
tion in 23 (9%). Repair was performed in 61% of patients, with 39% of these having 
primary repair. Repair was less likely in the MAPCA group (46%) vs. non-MAPCA group 
(71%; p<0.001). Overall Kaplan-Meier estimates of survival from birth were 89% st 1 
month, 76% at 1 year and 63% at 10 years up to 25 years. Patients who achieved repair 
had significantly better survival (p<0.001), with survival estimates after repair of 91% at 1 
month and 85% at 5 years up to 18 years. Survival was similar in the MAPCA vs. non- 
MAPCA groups, both overall (p=0.82) and after repair (p=0.98), with no significant 
change over the study period. Poorer overall survival from birth was significantly associ- 
ated with younger age at presentation (p=0.03), the presence of chromosomal (p=0.007) 
and non-cardiac anomalies (p=0.05), and lower initial McGoon index (0.025) with fewer 
lung segments supplied by the PAs (p=0.027). For repaired patients, reoperations and 
catheter interventions were often required, with new RVOT surgery performed in 29/112 
(26%) and RVOT- or PA catheter dilations in 49/112 (44%). Kaplan Meier estimates of 
freedom from any procedure after repair were 91% at 1 year, 41% at 5 years and 23% at 
10 years. 
Conclusions: Mortality associated with PAVSD remains high, with associated anomalies 
and adequacy of the native PAs being significant risk factors. 
2:30 p.m. 
867-3 Subjects With Surgically Treated Complex Congenital 
Heart Disease Report Health Related Quality of Life 
Equal to Healthy Peers 
Kathleen A. Mussatto. Stephanie J. Frisbee, Remesh C. Sachdeva, Andrew N. Peleoh, 
S. Bert Litwin, James S. Tweddell, Children's Hospital of Wisconsin, Milwaukee, 
Wisconsin, Medical College of Wisconsin, Milwaukee, Wisconsin. 
BACKGROUND: Few studies have assessed HRQL outcomes in subjects with surgically 
treated complex CHD. METHODS: Phone interviews were conducted with 100 subjects 
and/or their parents at a mean follow-up interval of 4.9+3.4 years after cardiac surgery 
involving homograft valve placement. HRQL was assessed using the Health Utilities 
Index (HUI), an adult HRQL instrument, the SF-36, and the Pediatric Quality of Life 
Inventory (PedsQL) in appropriate age qroups. Socioeconomic status (SES) was calcu- 
lated with the Hollingshead 2-factor index. RESULTS: Mean age of subjects was 
12+7.0yrs, 70% were mate. Nineteen subjects >18 yrs of age, 32 adolescents age 8-18 
yrs, and 81 parents of children age 2-18yrs responded. Diagnoses included: tetralogy of 
Fallot-40%, pulmonary atresia-26%, truncus artefiosus-17%, transposition of the great 
artedes-11%, and aortic valve disease-6%. The group had undergone a total of 245 car- 
diac surgical procedures (1-4 per pt). Child report of HRQL did not differ from healthy 
subjects on any of the PedsQL scales nor did parents' rating of emotional HRQL. Parents 
however did report their child's HRQL to be lower than healthy subjects on overall, phys- 
ical, social and school functioning (p<0.05). Adult subjects reported HRQL equal to or 
better than normative values on the SF-36. Physical, social, and overall HRQL scores 
were lower in children who had undergone more than one cardiac procedure (p<0.05). 
Higher SES demonstrated weak correlation (r<0.30) with better overall and physical 
function on the parent PedsQL. There were no correlations with SES on the child Ped- 
sQL. CONCLUSIONS: CHD subjects in this sample reported HRQL that was equal to 
normative samples of healthy peers. Those requiring multiple surgical procedures 
appear to be at greater risk of HRQL impact. In this sample, parents provided a valid 
proxy-report of child HRQL however they appear to perceive a greater negative impact 
on HRQL than do children. SES did not have a significant impact on HROL reports. 
2:45 p.m. 
867-4 Outcomes and Impact of a Nonconfluent Pulmonary 
Artery  Originating From the Distal End of the Arter ia l  
Duct  in 43 Patients 
Kalvani R. Trivedi. Brian W. McCrindle, Shi-Joon Yoc, Leland N. Benson, Williams G. 
Williams, Robert M. Freedom, The Hospital for Sick Children, University of Toronto 
School of Medicine, Toronto, Ontario, Canada. 
Background: A non-confluent pulmonary artery (PP,) originating from distal end of the 
arterial duct is at risk for progressive diminution or loss upon duct closure with isolation 
from the vascular tree. The morphologic spectrum and the disease burden of distal ductal 
origin of the PA (DDOPA) is not known. 
Methods: Medical records and imaging data for 43 (49% male) consecutive patients pre- 
senting between 1964 and 2001 were reviewed. Angiographic PA dimensions were 
determined at presentation and at last follow-up. 
Results: Median age at presentation was 14 clays (range: birth to 8 years). DDOPA 
occurred as an isolated finding in 16 (37%), in conjunction with tetralogy of Fallot in 10 
(23%), pulmonary atresia-ventricular septal defect in 13 (30%) or heterotaxy syndromes 
in 4 (9%). Right DDOPA occurred in 44%, left in 42% whilst 14% had bilateral DDOPA. 
The aortic arch was right sided in 23%. The duct to the PA involved in DDOPA was 
patent in 24 (58%) at presentation. Pulmonary venous wedge angiography was required 
to demonstrate the isolated PA in 19 patients (44%). Surgical connection to the main PA 
was achieved in 20(46%). Of these, 15 (75%) survived. Surgical revision was required in 
3 and transcatheter interventions in 12. There were 16 (70%) survivors of the 23 (54%) in 
